Dermatofibrosarcoma protuberans (DFSP) is an uncommon malignant tumor which is locally aggressive. The tumor rarely metastasizes, but tends to recur locally.

A 31-year-old male had a painless, slow-growing mass on the right hand side of his face for 1 year. He went to Far Eastern Memorial Hospital (New Taipei City, Taiwan) for biopsy, and the histopathological report showed a dermatofibrosarcoma protuberans. The tumor was elastic, nodular with no signs of inflammation. No abnormal findings in the jaw bones or apical areas of teeth were found in the panoramic radiograph. Magnetic resonance imaging revealed an enhancing heterogeneous lesion with ill-defined margins in the right zygomatic region, which involved cutaneous and subcutaneous layer of the skin ([Figure 1](#fig1){ref-type="fig"}A). We performed marginal resection of the tumor ([Figure 1](#fig1){ref-type="fig"}B and C) and mapped the margins with frozen section. The defect was reconstructed with rhomboid flap and primary closure ([Figure 1](#fig1){ref-type="fig"}D). The diagnosis of DFSP was confirmed by the histopathological report. The tumor was characterized by an ill-defined lesion composed of spindle tumor cells infiltrating in the neighbor tissues and positively stained for CD34 ([Figure 1](#fig1){ref-type="fig"}E and F), which was shown to be the most useful biomarker to differentiate DFSP from dermatofibroma and other soft tissue tumors. The tumor invaded in irregular tentacle-like projections without a true capsule, therefore, it was difficult to determine the true border.Figure 1(A) An enhancing heterogeneous lesion with ill-defined margins in the right zygomatic region measuring ∼2.3 cm in the long axis and 1 cm in depth; (B) marginal resection was performed and the base of wound was shown; (C) the specimen measured ∼2.7 cm × 2.1 cm × 1.3 cm, consisted of a piece of skin tissue; (D) the defect was reconstructed with rhomboid (Limberg) flap, which was a transposition flap that rotated neighboring tissue to close the surgical cheek defect; (E) the tumor cells invaded neighbor tissues and skin appendages and showed irregular tentacle-like projections. (H&E stain; magnification, 160×); (F) significant number of spindle cells were stained positively in a brown color using anti-CD34 immunostain. (magnification, 160×). H&E = haemotoxylin and eosin.Figure 1

The ideal treatment for local DFSP may be complete resection and then assess the margin pathologically. Wide local excision and Mohs micrographic surgery are recommended for treating DFSP. Considering time and cost of Mohs micrographic surgery, we performed marginal resection of the tumor and mapped the margins with frozen section in multiple pieces, which was modified from Mohs micrographic surgery.[@bib1] Even though DFSP is radioresponsive, adjuvant radiotherapy is not necessary if a negative margin is achieved.[@bib2] Several literatures support that narrow resection and postoperative radiotherapy can be considered in anatomically challenging areas.[@bib2] This case may be the indication for postoperative radiotherapy, but we chose to follow up the patients frequently rather than performing radiotherapy to prevent side effects such as skin irritation, dry mouth, etc. Moreover, the pathology images revealed a typical DFSP and the margins were free of tumor invasion. Immunohistochemical stain is a useful tool for a correct diagnosis of the cell or tumor origin.[@bib3], [@bib4], [@bib5] In this case, the tumor cells were positive for CD34 which has been shown to be the most useful biomarker to differentiate DFSP from dermatofibroma and other soft tissue tumors.

A local flap may be the preferred method for the reconstruction of the cheek defect in this patient. Compared with skin grafting, the local flap is easier to obtain a better color and texture match. The design of rhomboid flap in this case enabled transposition of the elastic part of the skin to close the defect primarily. There are several complications to be cautious about. Surgeons must understand the regional anatomy clearly for prevention of facial nerve injury. No paresthesia, paralysis, ectropion, or flap failure happened after surgery in this case. The patient had no complaint regarding the esthetics. There was no complication or recurrence after 3.5 years of follow-up.
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